Proximal type epithelioid sarcoma is a soft tissue sarcoma of uncertain histogenesis first described as an entity distinct from classic type ES in 1997. Unlike classic epithelioid sarcoma which involves the distal extremities, proximal type epithelioid sarcoma is rare, deep seated, and may involve the pelvis, perineum, or the genital tract. Herein, we report the first case of primary renal epithelioid sarcoma of the proximal type. The patient is a 27-yearold Caucasian woman with 30 days of left flank pain associated with nausea and vomiting, dehydration, fatigue, and constipation. Computed tomography revealed a mass in the upper pole of the left kidney and matted lymph nodes at the hilum. A subsequent nephrectomy revealed a 3.5 cm well-circumscribed homogeneous yellow-tan tumor without necrosis or hemorrhage, along with an involved 7.5 cm hilar lymph node. Histopathology showed a cellular neoplasm with a sheeting and multinodular growth pattern pushing and infiltrating an otherwise normal renal parenchyma. Cytomorphology demonstrated large epithelioid cells with occasional rhabdoid features, having vesicular nuclei and prominent nucleoli. Tumor cells were positive for immunohistochemical stains EMA, OSCAR, CK8/CK18, CD34, ERG and CD31, along with lost expression of INI-1. Key negative stains were PAX8, PAX2, CD99, and desmin. FISH analysis did not show INI-1 gene deletion. A diagnosis of proximal type epithelioid, with aberrant CD31 and ERG expression, was made based on the clinical, histopathologic, and molecular presentation. At follow-up, the patient has lytic bone lesions in the thoracic and lumbar spine.
